X linked hypohidrotic ectodermal dysplasia (XHED) is the commonest of the ectodermal dysplasias, and is generally much more apparent in affected males than carrier females. However, because the condition affects epithelial tissues, it is possible for females heterozygous for the disorder to manifest it patchily on their skins. This was first noted by Roberts.' Although dental changes in carrier females were described by Gibbs,2 it was not until the report of Thadani3 that females carrying this sex linked 'recessive' disorder were noted to manifest it 'against the rules'. Kerr et al4 were the first to interpret these observations on the basis of Lyon's hypothesis of random X chromosome inactivation.5
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